Portal hypertension in children is uncommon and presents several difficult problems in diagnosis and management. Smith and Howard in 1927 first documented haematemesis associated with splenomegaly in children and suggested that splenectomy might be of benefit,' but later reports have indicated that recurrent haemorrhage usually follows this procedure.2 Traditionally, children with bleeding varices have a better prognosis than adults but there have been few long term follow up studies from a single centre. We report complete long term follow up of 27 children with portal hypertension who bled from varices. Our study covers a period of 38 years in Northern Ireland.
Materials and methods
The records of 27 children from Northern Ireland who had bled from oesophageal varices were studied. Complete follow up was obtained from hospital records and general practitioners and this was supplemented by information from the family or patients themselves.
Clinical findings
Age at presentation. The age at presentation was mean (SD) 5-9 (4.4) years with a range of 3 months to 14 years. The mean age in the extrahepatic portal venous obstruction group (220) was 5-2 years compared with 9-5 years in the intrahepatic group (7) . There were 9 boys and 18 girls in the series.
Presentation. Most children (23) presented with haematemesis or melaena, but one child with a, antitrypsin deficiency presented with anaemia, two children with cryptogenic cirrhosis presented with splenomegaly, and one child with secondary biliary cirrhosis presented with jaundice. Two of the 27 children, one with secondary biliary cirrhosis and the other with chronic active hepatitis, had bleeding associated with aspirin ingestion and 7 children had an upper respiratory tract infection preceding 20 bleeding episodes ( 11% of all admissions for bleeding).
Signs. All children had a palpable spleen at presentation. Ten patients had an enlarged liver (7 of whom had portal vein thrombosis), one child was jaundiced, one child with chronic active hepatitis had encephalopathy and ascites, and one child with cryptogenic cirrhosis had a caput medusa.
Cause of portal hypertension. Twenty patients (74%) had extrahepatic portal venous obstruction, three patients (11%) had cryptogenic cirrhosis, one (4%) had chronic active hepatitis, one (4%) had congenital hepatic fibrosis, one (4%) had a, antitrypsin deficiency, and one (4%) had biliary cirrhosis secondary to biliary atresia (Table) . Three patients in the series had radiological evidence of 336 Several children in our study had important congenital abnormalities such as adrenal hypervirilism, Ehlers-Danlos syndrome, intersex, and multiple gut angiomata. It is uncertain in the small numbers involved whether congenital abnormalities are appreciably increased in these children. The association of 'congenital absence of the portal vein' with atria! septic defects has been reported in two patients. 7 Odievre et al noted congenital abnormalities in 40% of children in their series; extrahepatic portal hypertension of unknown cause with an atrial septal defect being the most common finding. '3 Only two children in our study showed good evidence of an association of variceal bleeding with aspirin ingestion, in contrast to half of the children in the series of Wilson et al.5 In contrast with traditional teaching, only 11% of our admissions for bleeding were preceded by a known upper respiratory tract infection. Pinkerton et al found a history of respiratory infection in over 50% of their children'4 and, although this is of doubtful value, others have suggested routine tonsillectomy as a preventive measure in children with varices. 15 Over one fifth of our children had evidence of hypersplenism and similar findings have been noted by others. '6 As expected, the children had multiple admissions for bleeding. There was a definite decrease in bleeding episodes with increasing age, however, especially in patients aged over 17 years. This finding has been noted by others and must be due in part to further opening of collateral circulation.'0 16 17 Webb and Sherlock also noted a reduction in the severity of haemorrhage after age 15 years, although between the ages of 10 and 15 years the frequency and severity of the bleeding increased. 18 Most children tolerated bleeding well and responded to transfusion and pitressin. Only occasionally was oesophageal tamponade required. In common with others, we found porta-azygos disconnection to be of little benefit due to the high incidence of recurrent bleeding.'6 25 with long term follow up. 
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